W e report the case of a 44-year-old man referred to our institution for suspicion of arrhythmogenic right ventricular (RV) cardiomyopathy. Both familial and personal medical histories were unremarkable, except the notion of a slight unexplored heart murmur during childhood. He decided to undergo a "40s" medical checkup. On presentation to the general practitioner, he had described a slight fatigue for 8 months without concomitant stress. Physical examination revealed no abnormality. ECG showed a type I atrioventricular block and a complete right bundle-branch block ( Figure  1A ). Transthoracic echocardiography showed an unusual left ventricle (LV) with a leftward curveted interventricular septum (IVS) and preserved global and segmental LV systolic function, suggestive of high systolic RV pressure or takotsubo cardiomyopathy ( Figure 1B and Movie I in the onlineonly Data Supplement). However further analysis showed normal systolic pulmonary artery pressure and LV filling pressures. The apical 4-chamber view showed an abnormal RV with an aneurysm-like shape of the basal lateral free wall ( Figure 1B and Movie II in the online-only Data Supplement) but with normal kinetics. A first cardiac magnetic resonance image showed biventricular abnormalities, particularly focused on RV wall motion, which justified additional morphological investigations. No abnormal pulmonary venous return was noticed. Invasive coronary angiogram was normal. The patient was later referred to our unit by his attending cardiologist and underwent invasive hemodynamics and biventricular contrast angiography. Cardiac index (pulmonary artery thermodilution) and biventricular volumes were normal. Blood gas content analysis disclosed an intracardiac shunt. RV angiography (Figure 2A and 2B) showed a truncated RV apex and the absence of trabeculations in the anteroapical and inferoapical zones, therefore characterized by a smooth endocardial aspect associated with a major hypokinesia. Other RV segments had normal morphology and kinetics (subtricuspid zone, tricuspid annulus plane systolic excursion, crista supraventricularis, outflow tract, lateral free wall). RV contours showed a marked notch between normal segments and pathological RV apex, also seen retrospectively on magnetic resonance image, contrast echocardiography, and radionuclide angiography ( Figure 1C ). During iodine contrast injection, the pigtail catheter induced a transient, clear parietal deformation that retroceded immediately when the catheter was pulled back and fully consistent with a "parchment-like" RV apex (see Figure 2C and 2D and Movie III in the online-only Data Supplement). The LV apex was trabeculated and abnormally attracted by the RV apex, thus deforming the IVS from right to left with a permanent leftward curveted shape but preserved systolic thickening. Fluid-filled pressure measurement at the RV apex showed a clear slowing in both systolic pressure rise and fall with a midsystolic peak of decreased amplitude compared with RV subtricuspid zone. This abnormal pressure shape was due to the damping effect of the hypokinetic RV apical zone ( Figure  2E ), not to a pressure waveform artifact, because we flushed the catheter lumen and avoided any contact between the sheath and the RV walls. A redo magnetic resonance image (Figure 3 and Movies IV through VI in the online-only Data Supplement) confirmed the suspicion of apical partial Uhl anomaly, with paper-like thinning of the myocardium, hypokinesia, and lack of normal trabeculations in the RV anterior chamber (medioseptal, apical, apicolateral, and anteroapical zones). The only visible intracavitary structures were the moderator band (normal size) and subtricuspid apparatus (Movie V in the online-only Data Supplement). We also observed a leftward curveted IVS with otherwise normal systolic thickening and abnormally protruded LV apex. Neither fibrofatty infiltration of the RV free wall (no late gadolinium enhancement) nor trabecular hypertrophy was present, in contrast to what is observed in arrhythmogenic RV cardiomyopathy. Genetic analysis ruled out a mutation of the desmosomal genes that have been linked to arrhythmogenic
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Uhl disease is a very rare entity (Ϸ50 confirmed cases reported in the literature) first observed by Osler 1 in 1905 and later described on autopsy by Uhl 2 in 1952 in a newborn infant who died of RV failure. Recent reports described a tremendous apoptotic activity during the perinatal period, 3 which may explain the development of dramatic RV failure in the complete forms in neonates, which are the most frequently observed. 4 Histological examination reveals a direct apposition of endocardium to epicardium without a myocardial layer in between, 5,6 leading to a translucent aspect of the RV free wall. This condition must not be confused with arrhythmogenic RV cardiomyopathy in which residual myocardium is intermingled with fat and fibrosis. 7 To the best of our knowledge, partial Uhl anomaly has been reported only fortuitously in 4 previous autopsy cases in elderly people, 8 and only 3 cases in living patients have been reported so far, in a 17-year-old boy, a 22-year-old woman, and a 51-year-old man, depicting more severe involvement of the RV with dilatation and symptoms (dyspnea, syncope, RV failure requiring ventricular assist device). 9 -11 The "bean-shape" appearance of the LV could be explained by RV apical retraction leading to LV apex attraction and IVS deformation. The prevalence of partial Uhl anomaly may be underestimated because it can be well tolerated for decades. Patients are indeed usually paucisymptomatic or asymptomatic as in the present case and die late of extracardiac causes, making this fortuitous discovery original.
Disclosures
None. There is an abrupt demarcation between normal and thin zones where a continuity between endocardium and epicardial fat is visible. The only visible intracavitary RV structures are the anterior papillary muscle of the tricuspid valve (white star) originating from the apical insertion of the moderator band (horizontal black arrows). Note also the leftward curveted IVS with a smooth appearance of its right side and preserved systolic thickening, contrasting with the normally trabeculated LV. The thin white dashed line indicates the plane of the tricuspid annulus at end diastole (up middle) and the plane of the tricuspid annulus at end systole (down middle). The solid white arrow between these 2 lines denotes tricuspid annulus plane systolic excursion, which is of normal amplitude. The right atrium is of normal size.
